It is often difficult to distinguish an acquired neuropathy from a genetically determined illness on the basis of the phenotypic presentation in an individual child. We present a 9 year old boy whose illness resembled genetically determined hypertrophic neuropathy. The condition, however, was reversed by corticosteroid treatment.
Case report A boy with non-consanguineous parents began to walk at the age of 15 months, when the parents noticed that he had an awkward gait and that he often fell down. The Massive oedematous swelling of the sural nerve was noted during biopsy: microscopically, there was endoneurial oedema and myelinated fibres were almost completely lost. There were some cellular infiltrates in the subperineurial space. Electron microscopy showed only occasional onion bulbs.
High dose intravenous methylprednisolone (25 mg/kg/day) was given for three days, followed by oral prednisolone (2 mg/kg/day Changes in nerve conduction after the he table summarises the nerve conduction treatment were remarkable in this patient. sults before and two months after steroid During steroid treatment, amplitude of the eatment. Before treatment extremely dis-left ulnar CMAP became nearly eight-fold rsed compound muscle action potentials greater than before the treatment; decrease in .MAPs) with amplitudes of 0-13 to 0-36 mV latency time and synchronisation of CMAPs ere obtained from the hand muscles (figure). simultaneously developed. Some newly onduction velocities were between 1-7 and recruited late units were also identified. Rapid 7 mIs, and distal latencies were between increase in muscle power is another sign of )-2 ms and 53-6 ms. No CMAPs could recovery in impulse transmission along elicited from the foot muscles. revived motor fibres after demyelination. lectromyography of the wrist extensors and Steroid responsive neuropathy in childhood te tibialis anterior muscle showed some was first mentioned by Byers and Taft.5 )lyphasic motor unit potentials and occa-Recently, Sladky et al mentioned nerve )nal fibrillation potentials. Sensory poten-enlargement in their cases with childhood Lls and somatosensory evoked potentials CIDP. 4 The present case is unique, because uld not be elicited.
the conspicuous nerve thickenings subsided During corticosteroid treatment, improve-within two months of treatment. It seems, ent of latencies and amplitude of CMAPs therefore, that the thickened nerves were not as remarkable. The CMAP amplitude after really hypertrophic; massive oedema in and stal stimulation increased by more than around the nerve was the probable cause of )0% in the left ulnar nerve, and distal the nerve swellings in this patient. latency time of the right median nerve was shortened to 8-2 ms from a pretreatment value of 53 6 ms. The CMAPs of both the median and ulnar nerves became compact and bigger. As well as the main deflections, some isolated late units, not seen before treatment, were elicited. During the two months of treatment MCVs increased to 7 to 16 m/s. Continued treatment with prednisolone (30 mg on alternative days) maintained the improvement in nerve conduction.
His parents, grandparents, and two siblings had no signs of neuropathy and had normal nerve conduction values. 
